Abstract A 55 year old woman with multifocal eosinophilic granuloma (MEG) is described. She developed facial numbness and twitching followed by slowly progressive cerebellar symptoms. Two years later polyuria and polydipsia were noted. A CT of the brain showed multifocal enhancing lesions, and MRI showed areas of hyperintensity on T2 weighted studies in the cerebellar peduncles, pons, and midbrain. Radiographs of the skull, pelvis, and long bones were normal, but a 99-Tc diphosphonate bone scan and MRI showed bone lesions compatible with granuloma. The diagnosis of MEG was made by bone biopsy. This is believed to be the first case of MEG with such unusual clinical profiles and radiographical findings. Skeletal surveys are indicated for patients with unexplained focal or multifocal inflammatory changes in the cerebellum. (7 Neurol Neurosurg Psychiatry 1994;57:980-982) Multifocal eosinophilic granuloma (MEG; Hand-Schuller-Christian disease), usually diagnosed in children and young adults, may have CNS manifestations. This is probably due to infiltration of abnormal histiocytes into the hypothalamus or posterior pituitary gland with resultant diabetes insipidus and other endocrine abnormalities. The most common site for extradiencephalic CNS involvement seems to be the cerebellum.'-3 Endocrine disorders or peripheral bone lesions mostly develop early and the diagnosis of MEG is usually made before ataxia develops.1-4 Our patient presented with brainstem and cerebellar dysfunction in middle age two years before the onset of diabetes insipidus. Furthermore, CT showed extremely unusual findings of multifocal enhancing lesions, '-3 suggestive of a metastatic brain tumour, and MRI suggested an inflammatory process. A 99mTC diphosphonate scan and MRI showed bone lesions, leading to the diagnosis of MEG by bone biopsy, but with normal plain radiographs. The importance of skeletal surveys for patients with slowly progressive cerebellar and brainstem dysfunctions is discussed.
Multifocal eosinophilic granuloma (MEG;
Hand-Schuller-Christian disease), usually diagnosed in children and young adults, may have CNS manifestations. This is probably due to infiltration of abnormal histiocytes into the hypothalamus or posterior pituitary gland with resultant diabetes insipidus and other endocrine abnormalities. The most common site for extradiencephalic CNS involvement seems to be the cerebellum.'-3 Endocrine disorders or peripheral bone lesions mostly develop early and the diagnosis of MEG is usually made before ataxia develops.1-4 Our patient presented with brainstem and cerebellar dysfunction in middle age two years before the onset of diabetes insipidus. Furthermore, CT showed extremely unusual findings of multifocal enhancing lesions, '-3 suggestive of a metastatic brain tumour (fig 3) . Histiocytic cells were stained positive by anti-S100 protein, forming nests of the cells. These histological findings were compatible with eosinophilic granuloma.
Intravenous methylpredonisolone (1I0 g/day) for three days followed by a tapering course of oral predonisolone, and radiation therapy were given, with no effect on the clinical features or CT findings. After the radiation therapy the patient's general condition deteriorated, she developed spasticity of the legs, and was confined to bed afterwards.
Discussion
Our patient had histologically confirmed evidence of eosinophilic granuloma in the bone. CT findings for the brain mimicked those of metastatic tumours, but this could be ruled out by her clinical course of over three years. Results of serial CT studies after treatment with high doses of methylpredonisolone and normal IgG profiles of the CSF did not support a demyelinating process. The other differential diagnoses included tuberculosis, mycotic disease, syphilis, and sarcoidosis, but they were unlikely because of a lack of any evidence during the 10 month follow up. We believe that she had the same pathological process in the cerebellum and brainstem as in the bones.
MEG is most often a disease of childhood, but the disease in our patient seemed to begin in middle age. Lesions of the CNS are usually limited to the hypothalamus and posterior pituitary gland, although cerebellar manifestations may occur. 1-5 Furthermore, it is unusual for MEG to present with these extradiencephalic involvements unless diabetes insipidus is demonstrable, and in most of the patients described with these abnormalities, peripheral bone lesions or diabetes insipidus 'developed early and the diagnosis of MEG had been made before ataxia was noted.'-5 Our patient had progressive cerebellar and brainstem symptoms two years before the onset of diabetes insipidus. She had no appearance of bony lesions characteristic of eosinophilic granuloma on plain radiographs, whereas a bone scan by an additional MRI study with Gd-DTPA showed the lesions compatible with granulomas. These bony lesions were probably too early to be seen on plain radiographs. Any other clue to the diagnosis, such as exophthalmos, was absent. Previous reports indicated that the CT abnormalities in the patients with MEG and cerebellar signs were of three types'-3: (a) a decrease in cerebellar parenchymal absorption coefficient; (b) a bilateral calcification in the dentate nucleus; (c) a dilatation of the fourth ventricle and of the subarachnoid cisterns in the midline of the posterior fossa. Our patient had multifocal abnormal enhancing lesions with surrounding irregular low density areas, mimicking metastatic tumours. Our patient is, to our knowledge, the first case of MEG with such abnormalities in the cerebellum shown on CT. This seems to correlate with the known histopathological changes of histiocytic granuloma.5 982~~~~~~~~~~~~~~~~~~~~F 
